The congenital form of myotonic dystrophy is reported to be almost exclusively, if not exclusively, maternally transmitted. We present a case of congenital myotonic dystrophy which was inherited from a mildly affected father. This family illustrates that the congenital form of myotonic dystrophy can occur without intrauterine or other maternal factors related to the disease. The possibility of paternal transmission of the congenital form of myotonic dystrophy could be considered when counselling myotonic dystrophy patients and their families.
Myotonic dystrophy (DM), an autosomal dominant multisystem disorder, is the most common form of adult muscular dystrophy, with a prevalence of about 1/8000.1 The severe congenital form of the disease has been recognised for over 30 Our patient differs from others in published reports in that he inherited the disease from his father. The reason for maternal preponderance in transmission of congenital DM is unclear, and it is not known why our patient is an exception. Imprinting has been suggested as a factor in this maternal transmission, but a recent study has shown that the DM protein kinase gene is not imprinted in the mouse.'8 It may be that males do not normally pass on the more expanded repeats because of effects on sperm viability. This family and another case recently reported in abstract form '9 illustrate that the congenital form of DM can occur without intrauterine or other maternal factors related to the disease. Our report shows that large expansions can occur with paternal transmission of the disease. The possibility that this could lead to severe congenital onset could be considered when counselling myotonic dystrophy patients and their families.
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